Permanent insulin-dependent diabetes mellitus after congenital temporary diabetes mellitus
Congenital temporary diabetes mellitus is a rare syndrome occurring in the first.six weeks of life. It differs from classical juvenile-onset diabetes mellitus in infants in that it is transient, with complete recovery after three to four months. There is usually no family history of diabetes mellitus. The affected infants are underweight, yet full-term, with severe dehydration. The neonate has a "peculiar pallor and lined, aged appearance associated with a remarkably open-eyed alert facies."' Two to three weeks after birth glycosuria and hyperglycaemia, often severe, are noted; but ketosis is usually absent. Such children are insulin sensitive, requiring on average 8 units per day. Some patients have been followed-up for as long as 25 years2 with no evidence of recurrence of the diabetes mellitus. This report describes for the first time the development of permanent insulin-dependent diabetes mellitus in a young woman who had had congenital temporary diabetes mellitus as an infant.'
Case report
The patient has previously been described in detail by one of us (AJK)' in a report of four cases of congenital temporary diabetes mellitus (case 3).1 In summary, she was born at 36 weeks' gestation weighing 2-13 kg. Soon after birth she developed weight loss, fever, and dehydration; and on the 34th day glycosuria was detected without acetonuria. Diabetes mellitus was confirmed by a blood glucose level of 445 mmol/I (800 mg/100 ml).
The glycosuria persisted for four weeks, though soluble insulin, 4-7 units daily, was required for only 17 days. Subsequent glucose tolerance tests at seven months and two years after birth gave normal results. The patient was later admitted to hospital for minor surgery at the ages of 9 and 15 years, and neither glycosuria nor ketonuria was detected. Her mental and physical development were entirely normal.
In July 1976, when she was 18 years, the patient was referred with a lesion on the right lower shin (see figure) that had been present for two years. Professor Hare diagnosed necrobiosis lipoidica diabeticorum.3 On inquiry she gave a four-month history of thirst and polyuria. There was no family history of diabetes or other autoimmune disease. Two per cent glycosuria (Clinitest) was found but no acetonuria, and a glucose tolerance test confirmed diabetes mellitus with values at 0, 30, 60, 90, and 120 minutes of 9 5, 16 0, 156, 14-7, and 13 5 mmol/l (171, 288, 281, 265, 249 mg/100 ml) respectively. The patient's HLA type was A2, A9, B12, and her serum was negative for pancreatic islet-cell antibodies (ICAb). There was no evidence of infection or hyperadrenalism.
Treatment was started with insulin zinc suspension, 20 units daily, and during the next year her diabetes was satisfactorily controlled. The insulin Irregular area on right shin (left), shown on close-up (right) to be dull red with numerous yellow foci within it, consistent with necrobiosis lipoidica diabeticorum.
requirements then increased, and for the past nine months diabetes has been controlled on 48 units of Monotard MC daily. There has been no change in the appearance of the necrobiosis diabeticorum.
Comment
This is the first report of a patient with congenital temporary diabetes mellitus' proceeding to develop permanent insulin-dependent diabetes mellitus. This patient had the prediabetic lesion of necrobiosis lipoidica diabeticorum,3 which was present for two years before her diabetes mellitus was diagnosed. In the short report by Dr D W James and others (10 June, p 1523) the values for TLCO in the paragraph headed "Progress" should have read "3-91 mmol/kPa/min (predicted 8-83 mmol/kPa/min) (11-7 ml/mm Hg/min (predicted 26-4 ml/mm Hg/min))."
